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. Introduction
Adult onset Still’s disease (AOSD) is an immunologic disorder
haracterized by high spiking fever, arthritis, evanescent rash, lym-
hadenopathy, myalgia and leukocytosis. Sometimes liver, lung,
eart, gastrointestinal tract and central nerve system may  be
nvolved [1]. AOSD has been recognized as a speciﬁc systemic form
f juvenile rheumatoid arthritis. Cerebral involvement is not often
ound. Symptoms such as high intracranial pressure, sudden onset
f unconsciousness, and polyneuropathy have been reported in
atients with AOSD [2,3]. Diagnosis is difﬁcult since the clinical
eatures are variable. Here we report a case with complication
f demyelinating encephalopathy that developed rare neurologi-
al features as headache, slight hemiparalysis and sudden onset of
nconsciousness with tumor-like imagings on MRI. However, sim-
lar symptoms and imaging ﬁndings in patients with adult onset
till’s disease are not found in the literatures.. Case report
A 35-year-old woman was admitted to our hospital in November
007. She had been suffering from intermittent high fever,
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Open access under CC BY-NC-SA licensegross hematuria and arthralgia involving metacarpophalangeal
joint, articulatio genus and ankle mortise for 3 years. In July 2005
she received systemic examination including renal needle biopsy
and was diagnosed with minimal lesion glomerular nephritis and
adult onset Still’s disease. There was a marked improvement in
fever, hematuria and arthralgia symptoms after she received glu-
cocorticosteroid. Since October 2007 she had an acute onset of
headache and high fever spikes of 39 ◦C. Cerebral tomography
was normal but she had a sudden onset of unconsciousness last-
ing for about 2 h. She felt weakness in her right limbs and she
had no retention to the onset of unconsciousness. She had no
spasm, pharyngalgia, tussis, incontinence and night sweat. The
patient was  admitted to our hospital for further evaluation and
therapy.
Physical examination: She was  febrile to 38.5 ◦C with nor-
mal blood pressure and pulse. The general condition was fairly
good. There was no skin rash and no lymphadenectasis but there
was slight conjunctivitis in her right ankle mortise. Hemiablepsia
was found in the right visual ﬁeld. There was  a slight hemi-
paralysis in her right limbs and homonymy positive pyramidal
signs.
Laboratory ﬁndings: Blood culture was negative. Peripheral
blood examinations: RBC 3.4 × 1012/L, WBC  14. 8 × 109/L, neu-
trophilic granulocyte 83.5%, lymphocyte 11.6%, hemoglobin (HG)
89.0 g/L. Her blood glucose, renal function and liver function were
normal. The intracranial pressure (ICP) was  18 cm H2O (1 cm
H2O = 0.098 kPa). Cerebrospinal ﬂuid (CSF) examinations: pro-
tein 0.36 g/L, WBC  0, glucose 3.2 mmol/L, chloridum 126 mmol/L.
Tuberculosis antibody was  negative in CSF. Her erythrocyte sed-
imentation rate was  130 mm/h. Antistreptolysin O, rheumatoid
. 
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Fig. 1. (a) Axial T1-weighted MR image showing decreased signal intensity while. (b) T2-weighted MR image showing increased signal intensity in the left cupula and




























actor (RF), antinuclear antibody and anti-double-stranded DNA
ntibody were all negative. Immunoglobulin IgG, IgA, IgM, C3,
4 were normal. C reactive protein was 72 mg/L. Serologies for
uman immunodeﬁciency virus, tubercle bacillus, rubella and
pstein–Barr virus were all negative.
MR images showed tumor-like signal abnormalities in the
eft cupula and occipital lobes. T1-weighted MR  image showed
ecreased signal intensity while T2-weighted MR image showed
ncreased signal intensity in the lesion surrounding by sleeve-like
dema. The lesion had signiﬁcant occupation effect. The linea medi-
na structure was dextroposition. Post gadolinium T1-weighted MR
mages showed only slight enrichment in the ambitus of the lesion
Fig. 1).
According to the history, clinical features and MRI  we  diagnosed
dult onset Still’s disease (AOSD), intracranial lesions of unknown
rigin (possibility of central nervous system involvement of AOSD).
fter administration of methylprednisolone (500 mg/day) and
mmunoglobulin (0.4 g/kg) for ﬁve days, the patient recovered
rom severe headache and returned to normal body temperature.
hen prednisone (60 mg/day) for seven days, subjective symptoms
uch as headache disappeared. Physical examination showed hemi-
blepsia of the right homonymy vision and a slight hemiparalysis in
er right limbs remained with homonymy positive pyramidal signs.
RI  on the 14th day of admission showed occupation effect had
igniﬁcantly reduced compared with the previous images (Fig. 2).
hen puncture in the left cupula occipital lobes and biopsy was
ig. 2. (a) Axial T1, (b) axial T2 and (c) sagittal T1-weighted MR images on the 14th d
mproved compared with Fig. 1.carried  out. Pathological examination showed central nervous sys-
tem demyelinating lesions (Fig. 5).
The ﬁnal diagnosis was  adult onset Still’s disease with demyeli-
nating encephalopathy. The patient recovered fairly well and was
discharged from our hospital. She was notiﬁed to keep oral adminis-
tration of prednisolone (50 mg/day) and reduce the doses gradually
(minus 2 times a week, each 5 mg). One month following-up
inspection MR images showed lesions signiﬁcantly reduced (Fig. 3).
Four months following-up inspection MR  images showed only
small lesion without obvious edema (Fig. 4). Physical examination
showed remained hemiablepsia of the right homonymy vision but
no positive pyramidal signs. The patient was  able to take full self-
care and part of housework. Therefore 2 years she is even able to
go back to her job as well as complete her whole daily works.
3.  Discussion
Diagnosis of adult onset Still’s disease was  made according to
clinical features such as intermittent high fever, arthralgia, elevated
WBC, and exclusion of tumor, infection and other autoimmune dis-
eases such as systemic rheumatic fever and lupus erythematosus.
The clinical and immunological outcome did not support multiple
myeloma and subacute bacterial endocarditis. Kidney and brain tis-
sue biopsy revealed autoimmune injury, and the high sensitivity to
glucocorticosteroid gave more conﬁrmation to the diagnosis.
ay after administration of glucocorticoid and immunoglobulin: occupation effect
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sFig. 4. (a and b) Axial T2-weighted MR Images 4 month later
The brain MRI  demonstrated tumor-like lesions surrounded by
leeve-like edema. The lesion had signiﬁcant occupation effect. The
inea mediana structure was dextroposition. Gadolinium enhanced
RI showed only slight enrichment in the ambitus of the lesion.
he patient received cerebral CT scanning because of headache
7 days before and had no ﬁndings. So we considered it is
ig. 5. Puncture in the left cupula occipital lobes and biopsy showed central nervous
ystem  demyelinating lesions.ing further diminution of the lesion with no obvious edema.
more likely inﬂammatory and autoimmune lesion than tumor.
Cytology and tuberculosis examination of the CSF did not show
evidence for infectious diseases. Pathological examination revealed
demyelinating damage. The sensitivity to glucocorticosteroid and
immunoglobulin gave more conﬁrmation to our diagnosis. The rela-
tionship of the cerebral damage and AOSD was unclear based on
current information. Since the patient had no history of diseases
involving the central nervous system such as multiple sclerosis and
the occurrence and turnover of the nervous system were concomi-
tant with activity of AOSD, it was  more likely autoimmune damage
caused by systemic disease.
Variety of symptoms often brings interference to diagnosis. It
is easy to be misdiagnosed as intracranial infectious or tumor. We
should pay more attention to the history and take account of the
possibility of central nerve damage caused by systemic diseases.
The brain MRI  and sensitivity to glucocorticosteroid might give
much help to the diagnosis and biopsy may  be needed for ﬁnal
diagnosis.
Why such demyelinating encephalopathy displayed Adult onset
Still’s disease is not very clear. Autoimmune and vasculitis were
regarded by more scholars. Domingues reported a fatal case pre-
sented sudden coma, convulsion, presumed that the cerebral
dispersed thrombolic microangiopathy (TMA) was the main cause
of damage to the nerve system and he proposed the hypothe-
sis that blood coagulation dysfunction and TMA were the main
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tandpoint regarding virus infection might be that the initiating
gent induced AOSD and caused damage to the target organ, and
ncreased serum ferritin can be used as a speciﬁc reference [5].
o improve the hypothesis more observations and reports will be
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